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ABSTRACT 


A case of congenitally corrected transposition of the great arteries (CC-TGA) associated with intracardiac anomalies - pulmo¬ 
nary stenosis, Ventricular septal defect (VSD), supravalvular Aortic stenosis (AS), with complete situs inversus and dextrocardia. 
The CC-TGA is rare but its association with intracardiac anomalies and rhythm disorders is not rare. 
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INTRODUCTION 

CC-TGA describes heart in which there are discordant atrio¬ 
ventricular connections in combination with discordant ven¬ 
triculoarterial connections (double discordance). This is a 
rare complex adult Congenital heart disease (CHD) (<1% 
of all CHD). Circulation is physiologically corrected but 
the morphological right ventricle supports systemic circula¬ 
tion and associated anomalies occur in upto 95% of patients 
consist of VSD (75%), pulmonary or subpulmonary stenosis 
(75%) and left sided tricuspid valve anomalies (> 75%), con¬ 
genital complete heart block (CHB) (5%) 2 and dextrocardia. 4 

The mirror image dextrocardia is usually observed with 
complete situs inversus, which occurs most frequently in in¬ 
dividuals whose hearts are otherwise normal. In this article 
we report a 18 year male patient presented with CC-TGA, 
pulmonary stenosis, VSD, supravalvular AS, with complete 
situs inversus and dextrocardia. 


CASE HISTORY 

A 18 year old boy admitted in our hospital with dyspnea on 
exertion off and on since 3 years, fever with chills off and on 
4 days, jaundice of 2 days duration. No history of palpitation, 
syncope, chest pain and swelling feet. Clinically jaundice 
was present. Cyanosis, clubbing, edema was absent, jugular 
venous pressure was normal. Blood Pressure -110/70mmhg, 
pulse-normal, and no signs of Infective endocarditis seen 
. Liver was mildly enlarged and palpable in left hypocon- 
drium and spleen mildly palpable on right hypocondrium. 
Chest shape was normal. Cardiac apex beat present in right 
5 th Intercoastal space - 4cm from midstemal line. First heart 
sound was unremarkable. Second heart sound was single and 
soft. No third and fourth heart sound. Harsh systolic murmur 
grade3/6 heard at Right sternal border in 3 rd -4 th Intercoastal 
space. Auscultation of lungs was normal. 

On investigations: Hemoglobinbl2gm%, Peripheral blood 
fdm shows P. vivax ring forms, S. bilirubin: 2.5 mg% with 
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direct 0.3, indirect 2.2; Liver transaminases were normal. 
Chest X-ray posterioanterior view was suggestive of mes- 
ocardia, and gastric bubble seen below right dome of dia¬ 
phragm. Electrocardiography suggestive of dextrocardia, 
inversus position of atria. 2D Echocardiography & doppler 
study suggestive of dextrocardia, CC- TGA, Pulmonary ste¬ 
nosis (PS), VSD, supravalvular AS, no Pulmonary artery hy¬ 
pertension, no vegetations. CT thorax-abdomen suggestive 
of situs inversus with right sided lung showing two lobes and 
left sided lung showing three lobes. Blood for culture (3sets), 
separated from one another by at least lhr, obtained from 
different venipuncture sites were negative after 72hours. Our 
clinical diagnosis was malaria fever, congenital Heart dis¬ 
ease - CC-TGA, dextrocardia, complete situs inversus, pul¬ 
monary stenosis, VSD, supravalvular AS. 



(CJ( (D) 


(A)-CT Abdomen: showing fundic air on right and liver on left 
side (B) - ECG: Suggestive of Dextrocardia and inversus posi¬ 
tion of atria. (C) -Echocardiography (Cl)-Showing discordant 
atrioventricular connections with VSD. (C2)- Transposition of 
Aorta with supravalvular AS. (C3)-Transposition of Pulmonary 
trunk with PS. (D) -CXR PA View: showing Mesocardia and 
fundal gas shadow on right. 

DISCUSSION 

In CC-TGA there is usual atrial arrangement, systemic ve¬ 
nous blood passes from the right atrium through a mitral 
valve to a left ventricle and then to the posteriorly located 
pulmonary artery. Pulmonary venous blood passes from the 
left atrium through a tricuspid valve to a left sided right ven¬ 
tricle and then to an anterior, left-sided aorta. Circulation is 


thus functionally (physiologically) corrected but the mor¬ 
phological right ventricle supports the systemic circulation. 

The associated intracardiac anomalies in our presented case 
are PS, VSD, and supravalvular AS. Heart blocks, arrhyth¬ 
mias not present. 

Patients without associated abnormalities (isolated CC-TGA) 
can exceptionally survive until 7 th or 8 th decade. 1 Progressive 
systemic (tricuspid) Atrioventricular valve regurgitation and 
system (right) ventricular dysfunction tend to occur from 4 th 
decade onward, whereas atrial tachyarrhythmias are more 
common from 5 th decade onward. 3 Patients with associated 
anomalies (pulmonary stenosis, left-sided tricuspid valve 
anomaly or VSD) often require surgical palliation (systemic - 
to-pulmonary artery shunt for cyanosis) or repair of associ¬ 
ated anomalies i.e., tricuspid valve replacement and double¬ 
switch procedure. 

Adult patient with CC-TGA may develop Congestive heart 
failure with exertional dyspnoea, palpitation, syncope sec¬ 
ondary to complete Heart block or cyanosis (if Left ventricu¬ 
lar outflow tract obstruction and VSD are present). Clinical 
features depend on presence of associated lesions and com¬ 
plications. Our patient presented with breathlessness on 
exertion, without palpitation, cyanosis, edema clubbing, and 
syncope. 

This case was treated empirically, and advised surgical cor¬ 
rection of intracardiac anomalies at higher centre, but pa¬ 
tient’s relatives refused because they did not afford costly 
treatment. 

Our case is interesting, though not uncommon in pediatric 
cardiac practice, this case has a potential to create awareness 
for general practitioners also. As our best efforts, we search 
in literature, few such cases reported in literature till date. 

CONCLUSION 

Transposition of the Great Arteries (CC-TGA) Associated 
with Intracardiac Anomalies with Complete Situs Inversus 
and Dextrocardia in adult is interesting, though not uncom¬ 
mon in pediatric cardiac practice, this case has a potential to 
create awareness for general practitioners also. Patients with 
corrected TGA represent an important group of adults with 
congenital heart disease. Most patients are asymptomatic but 
require ongoing, knowledgeable follow-up by specialized 
care-givers to optimize their longevity and quality of life. 
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